Abstract: Erosive lichen planus is an uncommon variant of lichen planus. Chronic erosions of the soles, accompanied by intense and disabling pain, are some of its most characteristic manifestations. We present the case of a woman who developed oral and plantar erosive lichen planus associated with lichen planus pigmentosus and ungueal lichen planus that were diagnosed after several years. The patient failed to respond to multiple therapies requiring longstanding medication but remained refractory. Knowledge of the treatment options for erosive lichen planus is insufficient. Further research is required to clarify their effectiveness, ideally adopting an evidence-based methodology. Keywords: Cyclosporine; Lichen planus; Methotrexate; Steroids; Tacrolimus
INTRODUCTION
Erosive lichen planus (ELP) is a very uncommon variant of lichen planus with mucosal, palm and/or plantar involvement. It usually presents with chronic erosion of the soles, accompanied by intense, disabling pain and progressive loss of toenails. Multiple treatment options have been proposed, but none of them has consistently demonstrated remission of lesions. We present the case of a woman with longstanding erosive plantar lesions, highlighting the difficulty in making an early diagnosis and achieving clinical response.
CASE REPORT
A healthy, 75 year-old woman visited our outpatient clinic after 10 years of progressive destruction of her toenails and emergence of painful lesions on both heels, which later became erosive. Oral lesions appeared 5 years later and during the preceding 6 months she had noted progressive appearance of pruritic lesions on the groins and back. On physical examination, the patient presented with well-defined extensive erosions on both heels; erosive plaques on the buccal mucosa; hyperpigmented lichenoid papules on the groins and back; destruction of the ungueal lamina and dorsal pterygium on her feet (Figures 1 and  2 ). Laboratory testing showed no findings and serologic studies for HIV, HCV and HBV were negative. The histopathological study revealed orthoqueratosis, epidermic atrophy, vacuolar degeneration of basal keratinocytes, neutrophil exocytosis, Civatte bodies and dense perivascular superficial infiltrate ( Figure  3 ). These findings, together with the clinical manifestations, confirmed the diagnosis of oral and plantar erosive lichen planus associated with lichen planus pigmentosus and ungueal lichen planus. We started treatment with systemic corticosteroids (prednisone 1 mg/kg), topical treatment on both heels using clobetasol 0.05% interchanged with tacrolimus 0.1% twice daily, as well as oral topical treatment with betamethasone and tetracycline. Due to a complete lack of response, cyclosporine was initiated at a dosage of 50 mg three times a day. The patient's blood pressure increased without improvement in skin lesions, so cyclosporine was discontinued and methotrexate was started at a dosage of 15 mg/week. Thus far, the patient has undergone follow-up for approximately five months, taking up to 20 mg/week of methotrexate and only partial regression has been observed. We recently discontinued methotrexate and treatment using thalidomide was proposed but the patient decided to stop all treatments and keep only plastic dressings with moisturizers on her feet to walk and avoid more damage.
DISCUSSION
ELP is a very uncommon variant of lichen planus. 1 It is characterized by painful erosions of torpid evolution, mainly localized in the plants, palms, scalp, oral and genital mucosa, as well as typical lichen planus lesions in the nails, mucous membranes and skin. 2 The natural course of this disorder usually begins with erythematous plaques and blisters on the feet, which develop into painful and disabling erosions, predominantly on the heels. Progressive toenail destruction and dorsal pterygium, as well as painful erosions on the scalp, oral and genital mucosa, are characteristic as the disease develops. 3 It is frequently accompanied by a significant functional impairment. Malignant transformation to squamous cell carcinoma has been described as one of its main and latest complications.
The etiology of lichen planus remains uncertain. The role of immune cellular response, especially of T-cell lymphocytes and macrophages, has proven to be the mainstay of its pathogenesis. 4 T-cells may be responsible for keratinocyte apoptosis and intensifying inflammatory response. 5 Among biopsies from patients with ELP, TNF-α was over-expressed in the cytoplasm of the basal epithelial keratinocytes. 6, 7 Owing to its chronic and refractory course, multiple treatment options have been proposed, with variable results: systemic, local and intralesional glucocorticoids, retinoids, cyclosporine, azathioprine, phototherapy, dapsone, thalidomide, tacrolimus, among others. Although treatment is still controversial, topical corticosteroids and topical calcineurin inhibitors are considered treatments of choice for localized ELP forms. Both were tested in this case and none led to clinical improvement. A systematic review published in 2012 intended to assess the evidence supporting systemic therapies for ELP. 8 A total of 420 ELP cases were identified. Systemic corticosteroid treatment was the most commonly used (27% of all cases) and the second most effective in reducing lesion count and symptoms. Among systemic retinoids, acitretin exhibited the poorest performance, whereas both etretinate and isotretinoin entailed significant pain relief and healing of erosions. Other common treatments Erosive lichen planus: a therapeutic challengewere immunosuppressant drugs, which were used in 8.87% of cases. Azathioprine appeared to be the most effective, with complete resolution observed in 75% of cases and no recurrence reported up to 9 months after discontinuation. Thalidomide yielded complete resolution of lesions in 50% of cases. Cyclosporine produced near-complete resolution during therapy but presented a high recurrence rate once treatment was discontinued. Importantly, this report lacks randomized controlled trials; it is based mainly on expert opinions and case reports with very low-quality evidence. Moreover, only a few studies describe treatment options for the plantar variant, making results even more difficult to analyze. Extracorporeal phototherapy has proven to be effective in T-cell mediated diseases and has been successfully tested in recalcitrant forms of ELP. 9 Low molecular weight heparin at low doses also demonstrated good response, acting as an inhibitor of the hypersensitivity reaction involved. 4 Another treatment alternative is surgery, alone or together with cyclosporine, which has been effective in patients with chronic, stable and localized lesions. 10 In this case, our patient did not respond to corticosteroids, cyclosporine nor methotrexate; she decided to stop all treatments and keep only plastic dressings with moisturizers on her feet. In conclusion, this is an uncommon, chronic disorder, with a refractory course. We stress the difficulty of establishing an early diagnosis and thus the importance of high suspicion aroused by any erosive lesion of torpid evolution and characteristic localization. Treatment is still controversial, while topical corticosteroids and topical calcineurin inhibitors are the treatments of choice for localized forms. Short pulses of systemic glucocorticoids, phototherapy, and systemic immunosuppressors are available for generalized cases. Further research is required to clarify their effectiveness, ideally drawing on an evidence-based methodology. Meanwhile, prescriptions should be individualized according to comorbidities, previous treatments, drug side effects and clinical experience. Long-term monitoring of all patients is also very important, allowing early detection of a malignant tumor.q
